Introduction {#sec1}
============

Dermatomyositis is an autoimmune condition with a spectrum of presentation and involvement of various organs. Depending on the dermatomyositis subtype, the myocardium can sometimes be involved.[@bib1] Anti--melanoma differentiation--associated gene 5 (anti-MDA5) is a protein that recognizes viral particles and plays a vital role in innate immunity,[@bib2] including protection against myocarditis.[@bib3] MDA5 antibody--positive dermatomyositis has a unique presentation of cutaneous and mucosal ulcerations with progressive interstitial lung disease.[@bib4], [@bib5] Here, we describe a patient with MDA5 dermatomyositis complicated by myocarditis. We also discuss the potential underlying pathophysiology that may increase the risk of myopericarditis in patients with MDA5 dermatomyositis.

Case presentation {#sec2}
=================

A woman in her 30s was admitted to the hospital for worsening dyspnea concerning for interstitial lung disease. She reported a 5-month history of progressive shortness of breath, arthralgias, and rash that subsequently ulcerated on the neck and bilateral hands, feet, arms, and thighs. No muscle weakness or pain was noted. Imaging studies found pulmonary patchy airspace disease with air bronchograms and pulmonary effusion. Pulmonary function testing was consistent with restrictive lung disease. Cardiac magnetic resonance imaging study showed pericardial effusion and inflammation and edema in the myocardium consistent with diagnosis of myocarditis and pericarditis.

Her dermatology examination was notable for keratotic ulcerating papules on the bilateral dorsal and palmar hands ([Figs 1](#fig1){ref-type="fig"} and [2](#fig2){ref-type="fig"}) and feet, waxy digital pulps ([Fig 2](#fig2){ref-type="fig"}), and keratotic plaques on the elbows, arms, and thighs. A biopsy of the skin lesions found nonspecific hyperkeratosis, fibrosis, and pigment incontinence. Because of concern for dermatomyositis, a myositis panel was obtained confirming MDA5 antibodies consistent with diagnosis of anti-MDA5 dermatomyositis. Additional serologic tests found negative antinuclear, Smith, positive SS-A, negative SS-B, Mi-2, PL-7, PL-12, EJ, OJ, KU, U1-RNP, U2-RNP, U3-RNP, Mi-2, Jo-1, Ku, NXP-2, P155/140, and PM/Scl antibodies. She was started on systemic steroids and azathioprine with improvement of her symptoms including the cardiac and pulmonary systems.Fig 1Hyperkeratotic ulcerating papules on the dorsal metacarpophalangeal joints. Ulcerating papules on lateral aspects of digits.Fig 2Ulcerating papules on the bilateral palmar fingers. Waxy taught appearance of the digital pulp.

Discussion {#sec3}
==========

Anti-MDA5 dermatomyositis has unique and distinct dermatologic manifestations of hyperkeratotic ulcerating papules and plaques commonly on the dorsal aspect of hand joints, digital pulps, palms, elbows, and knees. Other manifestations include alopecia, oral ulcerations, panniculitis, and digital hyperkeratosis.[@bib4] On skin biopsy, the presence of interface dermatitis and mucin is absent to minimal.[@bib6] There is often pauci-inflammatory or mononuclear-predominant vasculopathy and thrombosis[@bib6] corresponding to the clinical findings.

Patients with anti-MDA5 dermatomyositis often have an amyopathic course[@bib4] but present with other systemic manifestations. The prevalence of interstitial lung disease, often rapidly progressive, can reach 100%,[@bib5], [@bib6] highlighting the importance of early recognition and treatment. Other systemic features include pneumomediastinum, arthritis, fevers, and hand swelling.[@bib4]

To our knowledge, myocarditis and pericarditis, which we observed in our patient, has not been reported. MDA5 has an essential role in recognition of viral ribonucleic acids.[@bib2], [@bib3] A transgenic mouse model with overexpression of MDA5 is protected against viral myocarditis as demonstrated by increased survival and lower viral load, cardiomyocyte apoptosis, and myocardial dysfunction[@bib3] indicating the vital role that MDA5 plays in protection against viral myocarditis. It is plausible that the antibody formation against MDA5 in dermatomyositis renders this protein nonfunctional thereby increasing the susceptibility to myocarditis.

Because the progression of lung and cardiac disease can be rapid and fatal, it is essential to recognize the unique cutaneous features of anti-MDA5 dermatomyositis to initiate immunosuppressive therapy early to prevent morbidity and mortality. It is essential to have a multimodality approach to therapy with pulmonologists, cardiologists, rheumatologists, dermatologists, and internal medicine physicians given the systemic manifestations. Treatment options include systemic steroids, mycophenolate mofetil, rituximab, cyclophosphamide, and various other immunosuppressive regimens.[@bib4]

We present a case of anti-MDA5 dermatomyositis associated with myopericarditis. This association warrants recognition and further studies in order to be understand its significance and impact.
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